Moynahan' reported male sibs with mental subnormality, epilepsy (onset at 2 to 3 years), and alopecia which involved the scalp only. The hair later regrew. The mode of inheritance in this family is difficult to ascertain as the boy's father only grew hair at the age of 2 years and the boy's mother's sister was bald until the age of 4 years. The regrowth of the hair, the restriction of the baldness to the scalp, and the epilepsy differentiate Moynahan syndrome from the one described here. A similar condition in two sibs whose parents were consanguineous was reported by Perniola et al. 3 Deafness occurred in both. There are at least three other syndromes in which hair loss is associated with mental retardation. Menkes was stillborn had the digital malformations and a cleft lip and palate, identical to those seen in the surviving sibs. X-rays of the lower limbs of the surviving sibs showed the proximal metaphysis of the tibiae and fibulae to be wide and misshapen. The proximal epiphysis of the tibiae and the distal epiphysis of the fibulae were flattened. The x-rays of the sib who died were not available. Temtamy and McKusick3 reported two patients who combined the features of the two syndromes. In the first, there was a median pseudo-cleft of the upper lip, multiple frenulae, a normal tongue with a single yellow nodule on the lateral border, polydactyly, and syndactyly; the infant died at 71 weeks following an aspiration. This was probably related to a hypoplastic epiglottis thought to be characteristic of the Majewski syndrome. X-rays of the tibiae were not shown. The second case had a small thorax, but survived despite respiratory problems in infancy. The limbs were short, particularly the tibiae which had rounded upper metaphyses. The facial features were compatible with either syndrome.
The present case represents, perhaps, the best illustration to date of a patient falling midway between the two conditions. The normal thorax and prolonged survival are against the diagnosis of Majewski syndrome, while the severe hypoplasia of the tibiae is against the diagnosis of Mohr syndrome. The child may be regarded as either a mild example of Majewski syndrome or an unusually severe example of Mohr syndrome. The general tendency of these syndromes to 'breed true' is somewhat against an explanation that suggests the two syndromes are not distinct. A third possibility is that the child represents a compound heterozygote for separate recessive alleles. The consanguinity in the parents is more in favour of homozygosity for a single abnormal allele within the family.
A fourth possibility is that this child is homozygous for a distinct recessive gene defect, possibly disturbing a similar developmental pathway to that involved in the other syndromes. The consanguinity of the parents provides support for this possibility, though in view of the high level of inbreeding in the population from which this family originates, cousin marriage in the parents is of less significance.
In each of these four explanations, it is implied that children with the features described in the present report have a recessive condition and that the parents face a I in 4 risk of recurrence.
M BARAITSER*, J BURNt, AND J FIXSEN* 
Addendum
Since the submission of this report for publication, a second affected child has been born to these parents. The infant has the same clinical and radiological features, details of which will be provided in a future report. This development adds weight to the view that this syndrome results from a distinct autosomal recessive gene defect.
compound, or a distinct entity?
